The presence of reflex myoclonus in response to touching and pinpricking the wrist or stretching the fingers and to photic stimulation was assessed in 24 patients with a presumed diagnosis of olivopontocerebeliar atrophy (OPCA) and in 30 age matched control subjects. Reflex myoclonus to somaesthetic stimulation was found in 23 patients and in none of the controls. Photic myoclonus was present in 12 patients and in none of the controls. Electrophysiological study of the reflex myoclonus showed enhanced (>10 uV) somatosensory evoked potentials and an associated reflex electromyographic discharge (C-wave) in 15 patients. These findings indicate that reflex myoclonus is common in OPCA and probably of cortical origin.
Myoclonus is a brief, shock-like muscle jerk arising in the CNS. ' wrist and fingers with a tendon hammer. The presence of reflex myoclonus was considered as definite when a visible muscle jerk was consecutively present after five identical stimuli in the same area of the hand.
ELECTROPHYSIOLOGICAL ASSESSMENT
The methods used have been described in (fig 2) with respect to the controls (table 3) . The N20/P25 and the P25/N33 waves were greater than 10 pV in 15 and 12 patients respectively. All patients with a C-wave had a "giant" somatosensory evoked potential. ie preistance fourth Discussion gle cis-We found a high incidence of focal reflex h. The myoclonus to somaesthetic stimuli in patients -sed by with multiple system atrophy of the OPCA e esti-type. This response was brisk, usually iverted localised to the forearm flexor and extensor scale. muscles, did not adapt to slow repetitive Severe stimulation (<1 stimulus per second), and m with very often one single stimulus triggered sev-1) was eral muscle jerks. All these characteristics are in the typical and compatible with a myoclonic response and allow the differentiation of this form of myoclonus from cutaneous reflexes.'2 EMG recording corroborated the phasic and l and short lasting character of the myoclonic disn the charge. Photically induced myoclonus is also )VA. A fairly frequent in OPCA."3'4 By contrast, once or spontaneous and action myoclonus were only present in 12-5% of the patients. This figure coincides with previous estimations of myoclonus in OPCA.3 The existence of reflex myoclonus has to be actively detercaused mined by the examiner, as this sign is often its and free of symptoms.
ie jerks
Our finding indicates that reflex myoclonus to the is common in OPCA and clearly a pathologiin 18 cal finding. We did not find this response in reflex the age-matched normal population. Furtherd. Five more, in a prospective study"3"5 we found r local reflex myoclonus (either somaesthetic or reflex photic) in a very small proportion of patients ng the with typical signs and evolution of . 6 It is tempting to suggest that cerebellar dysfunction could increase the gain of transcortical pathways leading to the pathological emergence of cortical reflex myoclonus.6 There are, however, several problems in concluding that cerebellar pathology is the only basis of cortical reflex myoclonus. Firstly, the same type of jerk can be recognised clinically in patients with cortical-basal ganglionic degeneration,'6 Parkinsonism, and dementia,'6 and progressive supranuclear palsy (personal observations), in whom the predominant pathology is not in the cerebellum. Secondly, and probably most important, the pathology in multiple system atrophy with OPCA predominance is by no means restricted to the cerebellum. Thirdly, in patients with a "pure" cerebellar degeneration, myoclonus is not necessarily present,8 and not even focal reflex myoclonus may be seen." In summary, reflex myoclonus is a common finding in patients with presumed OPCA. This phenomenon has not been clearly recognised previously because of its scarce clinical impact but should be added to the phenomenology of multiple system atrophy with OPCA predominance.'
